SUMMARY
Sarcoidosis is a systemic granulomatous disease that most commonly involves the lung and thoracic lymph nodes. However, any organ can be affected. Osseous sarcoidosis has been reported in 3-13% of the cases. The skeletal involvement on radiographs is usually seen late in the course of the disease and is rarely the initial manifestation. We report a case of sarcoidosis revealed by a lytic lesion of the phalanx.
BACKGROUND
Sarcoidosis is a multisystemic inflammatory disease characterised by non-caseating granuloma and multinucleated giant cells. These granulomas can affect any tissue in the body. Bone involvement is common, but rarely it is the initial manifestation of sarcoidosis. 1 Bones are usually involved in chronic disease or multivisceral sarcoidosis. Lesions are mainly seen in the small bones of the hands and feet. The clinical presentation is non-specific. 2 Thus the diagnosis is often delayed in patients who have isolated bone lesions. We report a case of phalangeal osteolytic lesion leading to a diagnosis of sarcoidosis.
CASE PRESENTATION
A 65-year-old woman, without any medical history, was hospitalised with a 2-year history of pain in her right hand. She noticed a progressive painful swelling of the right middle finger. She was a housewife and denied any trauma or injury. She was able to carry out her daily activities.
Physical examination showed a tender swelling in the middle phalanx between the proximal and distal interphalangeal joints. The passive and active range of motion of all joints was normal. There was no evidence of arthritis or sensory abnormality. A skin examination revealed a purple indurated plaque on the nose. There were no other cutaneous lesions. Cardiovascular, pulmonary and abdominal examinations were normal. No lymphadenopathy was found. The rest of the physical examination was normal.
INVESTIGATIONS
The blood investigations were normal. A radiograph of the hand showed mixed sclerotic and osteolytic abnormalities in the middle phalanx of the middle finger (figure 1). The radiographs of the remaining skeleton were normal. Thoracic radiography showed bilateral hilar masses. A thoracoabdominal CT scan revealed hilar lymphadenopathy. Small nodules (5-7 mm) were seen in the peribronchovascular regions and in the subpleural region. There was no evidence of other organ involvement. Skin biopsies of the cutaneous lesion in the nose showed a non-necrositing granuloma containing giant cells, consistent with sarcoidosis. Acid-fast bacilli were negative in the sputum and skin biopsies. The tuberculin skin test was negative. There was no elevation of the serum ACE. Pulmonary function testing was within normal limits. A final diagnosis of generalised sarcoidosis with bone involvement was made.
TREATMENT
The patient was treated with hydroxychloroquine 400 mg/day.
OUTCOME AND FOLLOW-UP
The patient was followed for 1 year. Her pain gradually decreased. There was no progression or involvement of other bones or new skin lesions. There has been no evidence of the systemic progression of disease.
DISCUSSION
In 1928, Jungling 3 described the characteristic bone involvement in sarcoidosis as 'osteitis tuberculosa multiplex cystic'. The incidence of skeletal lesions is reported between 3% and 13% of cases, depending on radiological or clinical criteria. 4 It occurs most often in patients known to have the chronic form of sarcoidosis with multivisceral manifestations. 5 It is usually associated with skin manifestations, most frequently a lupus pernio, similar to the lesion on our patient's nose. Radiographic diagnosis of osseous sarcoidosis is usually a late and asymptomatic manifestation of the disease. However, it can be the initial presentation of sarcoidosis in less than 1% of the cases. 6 The clinical signs are variable and unspecific. Localised pain, swelling and redness are the main local symptoms and can be the first manifestation of the disease. Soft tissue swelling and thickening of the fingers or toes can also reveal phalangeal involvement. 7 Bone lesions are recognised radiologically. MRI will show much more extensive and earlier osseous abnormalities. 8 There is a predilection abnormalities of the metacarpals, metatarsals and phalanges of the hands and feet. They can be either small lytic lacunae in epiphyses or larger lytic areas involving medulla and cortex. The same lesions may occur in any bone in the body. Much less commonly, osteosclerotic lesions may be visualised. 9 Extensive lytic lesions can progress leading to severe bone destruction and pathological fractures. 10 In rare cases, mutilation and autoamputation of fingers, due to destruction of the terminal phalanges, has been reported. 11 When isolated, osseous sarcoidosis often presents a diagnostic dilemma. The differential diagnosis includes enchondroma, subchondral cyst secondary to osteoarthritis, metastatic disease, hyperparathyroidism, epidermoid inclusion cyst, fibrous dysplasia and infection. Blood tests are not specific. When no other evidence of sarcoidosis is present, diagnosis may be confirmed by a bone biopsy, which shows the non-caseating granuloma and multinucleated giant cells.
The outcome of osseous sarcoidosis is usually good. However, management of this bone involvement is still controversial. Spontaneous resolution can occur within 2 years. Medical therapy is indicated in symptomatic lesions. Non-steroidal anti-inflammatory, corticosteroids and hydroxychloroquine can help to control pain and swelling. Methotrexate can be used in patients with poor response to corticosteroids or recurrent disease. 5 Surgical excision has been reported in cases with fractures and bone destructions. In our case, the pain had improved with medical therapy.
Learning points
▸ Multiple organs may be involved in sarcoidosis. However, osseous sarcoidosis is rarely the presenting feature of the disease. ▸ Although infection and malignancy are the classical causes of osteolytic lesions, sarcoidosis must be considered as a cause of lytic bony lesions. 
